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Supplementary Information
Supplementary Methods
Cloning of recombinant proteins
The sequence encoding the human VDAC1 was inserted into the pET-21a expression vector (Novagen) in frame with 6xHis tag at C-terminal domain, as previously reported 1 . The sequence encoding the human SOD1 wild type (SOD1 WT) was amplified by in stock plasmid using a specific couple of primers (SOD1 fw and rev) and cloned into the pET-52b expression vector (Novagen) in frame with Strep-tag at its Nterminal domain using SanDI/SacI sites. To generate the construct for the ALS-linked SOD1 G93A, the QuikChange II site-direct mutagenesis kit (Agilent) was used in combination with a specific couple of mutagenic primers (SOD1 mutG93A fw and rev). Primer sequences are listed in Supplementary Table   1 . All sequences were verified by sequencing.
Expression, purification and refolding of VDAC1 proteins
E. coli BL21 (DE3) cells were transformed with the pET constructs harboring VDAC1 sequences. The 6xHis-tagged VDAC1 proteins were induced, purified and refolded as previously reported 1 . The protein purity was verified in 12% SDS-PAGE followed by Comassie staining. Purified samples were stored at -20°C until further use.
Expression, purification and activity assay of SOD1 proteins
The pET vectors containing SOD1 constructs were used for E. 
Western blot analysis
Protein fractions were separated by SDS-PAGE using 4-12% Bis-Tris NuPage gel (Invitrogen) and electro- (Sigma). A relative quantification was performed by densitometry analysis using Image Studio Lite software (LI-COR Biosciences), using VDAC1 or actin as loading control.
Motor neuron cell lines maintenance
NSC-34 cells were cultured in 5% CO 2 in DMEM (Gibco) supplemented with 10% fetal bovine serum (FBS) (Gibco) and 1% penicillin/streptomycin (P/S). NSC-34-SOD1WT and NSC-34-SOD1G93A cells were cultured in 5% CO 2 in DMEM F12 (Euro Clone), 10% of tetracycline-free FBS (Euro Clone), 1% P/S, in the presence of 200 µg/mL G418 (Carlo Erba) for selection maintenance. Induction of SOD1 proteins was obtained by addition of 2 µg/mL tetracycline to the medium, as described 4 . Analysis were performed after 48h from induction.
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Plasmids and cell transfection
Sequence encoding for human HK1 was amplified from in stock plasmid using a specific couple of primers (HK1 fw and rev, see Supporting Table 1 Table S1 . List of the primer sequences used in this work.
NHK1 oligo fw 5'-CTAGCATGATCGCCGCGCAGCTCCTGGCCTATTACTTCACGTGAG-3'
NHK1 oligo rev 5'-TCGACTCACGTGAAGTAATAGGCCAGGAGCTGCGCGGCGATCATG-3'
ScNHK1 oligo fw 5'-CTAGCATGTTCGCCCAGCTCACGATCGCCCTGGCGTATTACTAAG-3'
ScNHK1 oligo rev 5'-TCGACTTAGTAATACGCCAGGGCGATCGTGAGCTGGGCGAACATG-3' Table S2 . List of oligonucleotides sequences used in this work. 
